Sturge-Weber syndrome is a neurocutaneous syndrome characterized by port wine stain, congenital glaucoma, and underlying anomalous leptomeningeal venous plexus and the lack of normal cortical venous drainage. It is a congenital but not an inherited disease and it occurs sporadically and is very rare, incidence being approximately 1 on 50000. It occurs with rare exception but occasionally the other members of the family may have hemangiomata of a lesser degree.
Introduction
S turge-Weber syndrome is a neurocutaneous syndrome characterized by port wine stain, congenital glaucoma, and underlying anomalous leptomeningeal venous plexus and the lack of normal cortical venous drainage¹. Sturge -Weber syndrome (SWS) is a rare disorder that occur with a frequency of approximately 1 per 50,000². Sturge-Weber syndrome is a sporadic condition of mesodermal phakomatosis characterized by a portwine vascular nevus on the upper part of the face, leptomeningeal angiomatosis that involves cerebral hemispheres, choroidal vascular lesions associated with glaucoma, seizures, neurologic deterioration, and eventual neurodevelopmental delay³. These changes are usually unilateral and can be seen in both sexes equally with no racial differences 4 .
Case Report
A live term female appropriate for gestation was delivered to a primipara following vaginal delivery with face presentation with prolonged second stage of labour at Nepal medical College and Teaching Hospital (NMCTH). There was no signifi cant Antenatal history and baby cried immediately after birth. On examination the baby was pink perfused, active limb movements were present. There were dark pink to red port wine stains in right half of the face. No evidence of any dysmorphism was noted. Cornea was hazy and no abnormalities in lip and palate were detected. Other system examinations were essentially normal. Opthalmological consultation was done and the baby was found to have bilateral congenital glaucoma for which she under went trabeculectomy with Mitomycin C in the right eye and trabeculotomy with Mitomycin C in the left eye. There was also a history of single episode of partial seizure. However, CT scan and EEG revealed no abnormalities. 
Discussion
Sturge-Weber syndrome is a rare disorder that's characterised by neurological problems and a birthmark, known as a port-wine stain 5 . The birthmark may vary in color from deep purple to light pink and is caused by an overabundance of capillaries around the person's trigeminal nerve 6, 7 . The syndrome can also be accompanied by a loss of nerve cells and calcifi cation of tissue in the person's cerebral cortex of their brain on the same side of the body as their birthmark 6 . Glaucoma is the most common serious eye problem of SWS, with a reported incidence of 30-70% 8 . Glaucoma may be present at birth or develop later. Pressure within the eye may damage the optic nerve, usually in the eye on the same side as the birthmark 9 . The reason for this increased eye pressure (glaucoma) may be the result of the outfl ow obstruction by a vascular malformation of the front area of the eye 8 . Convulsions occur in approximately 75% of patients, and 75% of the seizures appear within the fi rst year of life. The majority of seizures are partial motor or complex partial types 10 . SWS is referred to as complete when both CNS and facial angiomas are present and incomplete when only 1 area is affected without the other. The Roach Scale is used for classifi cation, as follows 11 .
- The diagnosis of Sturge-Weber syndrome can frequently be suspected when an infant is noted to have a facial port-wine birthmark associated with either brain or eye involvement 10 . Calcifi cation in damaged cortical layer may become visible in X-ray skull and C.T. scan of brain. They are often Curvilinear and railroad track pattern on ipsilateral to port-wine stain. Usual site of calcifi cation is occipital and posterior parietal lobes. But it can also affect other cortical regions and both cerebral hemispheres 12 . Although Cerebral calfi cation is usually not evident by radiography until later infancy 13 .
